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Amendments to the Claims: 

1 . (Currently Amended) A standardized prion preparation, comprising: 
prions; and 

a carrier; 

wherein the prions are uniformly dispersed in the carrier and are produced in a transgenic mouse 
selected from the group consisting of: TgfHuPrPVPmp^^^, Tg(ShePrP)/Pmp^^^ and Tg(BovPrP)/Pmp^^^ 
pr e paration compris e s prions (a) which inf e ct and caus e dis e as e in an animal chos e n from a human, a 
cow, and a sh ee p, (b) which ar e prions of a Icnown strain, (c) th e prions ar e pr e s e nt in a loiown numb e r 
of inf e ctious units, (d) th e prions ar e pr e s e nt in a Icnown conc e ntration and further wh e r e in th e carri e r i s 
diff e rent from brain tissu e of th e animal chos e n from a human, a cow and a she e p . 

2. (Canceled) 

3. (Previously Presented) The preparation of claim 1, wherein the preparation is comprised 
essentially of transgenic mouse brain homogenate. 

4. (Previously Presented) The preparation of claim 1, wherein the prions are of a single 

strain. 

5. (Original) The preparation of claim 4, wherein the strain has a polymorphism selected 
from the group consisting of: human M129, human V129, human E219, human K219 , sheep R171, 
sheep E171, sheep A 136, sheep VI 36, a bovine 5 octarepeat polymorphism, and bovine 6 octarepeat 
polymorphism. 

6. (Original) The preparation of claim 4, wherein the strain is human and has a pathogenic 
mutation selected from the group consisting of: a 2 octarepeat insert, a 4 octarepeat insert, a 5 octarepeat 
insert, a 6 octarepeat insert, a 7 octarepeat insert, an 8 octarepeat insert, a 9 octarepeat insert, P102L, 
P105L, Al 17V, D178N, V180I, F198S, E200K, V210I, D217R, M232A, and a stop codon at 145. 
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7. (Currently Amended) The preparation of claim 1, wherein the prions are of a plurality of 
different known strains and wherein the prions are obtained from 10 or more animals , and furth e r 
wh e r e in th e prions ar e produc e d in a transg e nic mous e having a genome comprising exogenous g e netic 
mat e rial e ncoding at l e ast a portion of a PrP prot e in . 

8. (Canceled) 

9. (Previously Presented) A standardized prion preparation, comprising: 
prions obtained from a plurality of transgenic mouse brains; and 

a carrier; 

wherein the preparation comprises prions (a) which infect and cause disease in an animal 
chosen from a human, a cow, and a sheep, (b) which are prions of a known strain, (c) the prions are 
present in a known number of infectious units, and further wherein the carrier is different from brain 
tissue of the animal chosen from a human, a cow and a sheep; 

wherein the prions are uniformly dispersed in the preparation and are produced in a transgenic 
mouse selected from the group consisting of: Tg(HuPrP)/Pmp^^^, Tg(ShePrP)/Pmp^^^, and 
Tg(BovPrP)/Pmp^^^. 

10. (Previously Presented) The preparation of claim 1, produced in a transgenic mouse 
which is Tg(MHu2M)/Pmp*^^^. 

11. -17. (Canceled) 

18. (Previously Presented) The preparation of claim 1, comprising between 0.1 and about 
100 infectious units of prions. 

19. (Previously Presented) The preparation of claim 1, comprising between about 1 and 
about 10 infectious units of prions. 

20. - 30. (Canceled) 
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3 1 . (Previously Presented) The preparation as claimed in claim 1 , wherein the prions infect 
and cause disease in a human. 

32. (Previously Presented) A standardized prion preparation, comprising: 
prions obtained from a plurality of transgenic mouse brains; and 

a carrier; 

wherein the preparation comprises prions (a) which infect and cause disease in an animal 
chosen from a human, a cow, and a sheep, (b) which are prions of a known strain, (c) the prions are 
present in a known number of infectious units, and fiirther wherein the carrier is different from brain 
tissue of the animal chosen from a human, a cow and a sheep; 

wherein the transgenic ' mouse brains are produced in transgenic mice which are 
Tg(BovPrP)/Pmp*^^^. 

33. (Previously Presented) A standardized prion preparation, comprising: 
prions obtained from a plurality of mice which are Tg (BovPrP)Pmp°^°; and 
a carrier; 

wherein the prions are present in a known number of infectious units infect and cause 
disease in a cow and are prions of a known strain. 

34. (Canceled) 
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